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緒 言







dermatomyositis : CADM）では 40～70％と比較的
高率に陽性になるとされ1），急速進行性間質性肺
炎（rapidly progressive interstitial lung disease : RP-
ILD）を高率に併発し，予後不良とされる2）．
保険承認されたことにより，臨床において
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入院時現症：身長 162.0 cm，体重 71.0 kg（ここ 6
ヶ月間で体重減少はなし），体温 37.3℃，血圧








CRP 13.32 mg/dL と炎症反応の上昇，AST 98 mg/
dL, ALT 66 mg/dL と肝胆道系酵素の上昇を認め，





胸部単純 X 線写真（Figure 1）：両側肺ともに肺
野の容積減少を認め，広範囲にわたりびまん性に
すりガラス影，浸潤影を認めた．




た subpleural curvilinear shadow，両下葉の容積減





性肺炎（collagen vascular disease-associated inter-
stitial lung disease）と考え，第 1病日よりステロ
イドパルス療法（methylprednisolone［mPSL］1
回 500 mg, 1日 2回）を開始（後療法はプレドニ







































抗 ds-DNA 抗体 ＜10 IU/mL
抗 RNP 抗体 ＜2.0 IU/mL
抗 SS-A 抗体 ＜1.0 IU/mL
抗 SS-B 抗体 ＜1.0 IU/mL
抗 Scl-70抗体 ＜1.0 IU/mL
PR3-ANCA ＜1.0 IU/mL
MPO-ANCA ＜1.0 IU/mL
抗 ARS 抗体 ＜5.0
抗 CCP 抗体 ＜0.6 IU/mL
RF ＜3 IU/mL
抗 MDA5抗体 3235 index
T-SPOT 陰性
マイコプラズマ（PA 法） 40未満
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から CsA 内服（trough : 100～150 ng/ml）を併用，
第 8病日から 2回目のステロイドパルス療法を開
始した．同日入院時に提出していた抗 MDA5抗
体が 3255 index と判明，皮膚所見，抗 MDA5抗
体陽性から CADM に合併した RP-ILD と考え，
同日から intravenous cyclophosphamide（IVCY）






Figure 2 Chest computed tomography demonstrated bilateral non-segmental consolidation and ground-glass
opacities with a peribronchovascular distribution which were typical of interstitial lung disease associ-
ated with clinically amyopathic dermatomyositis.
Figure 1 Chest X-ray on admission showed bilateral
ground-glass opacities and consolidation
with predominantly peripheral distribution.




ventilation : pressure support 14 cmH2O，呼吸回数
16/min, PEEP 12 cmH2O, FiO2 0.6）とし，肺保護
換気（1回換気量：6 ml/kg 以下，最大気道内圧
＜30 cmH2O）を行った．人工呼吸器装着時の 1
回換気量は 250-350 ml, PaO2/FiO2（P/F）ratio は 156
であった．第 20病日から 1回換気量は 400-500
ml にやや上昇し，一定の肺コンプライアンスの
改善を認めたが，第 21病日に人工呼吸関連肺炎























指側部に mechanic’s hand といった DM に特徴的
な皮膚所見を認めていたことから，CADM に合
併した抗 MDA5抗体陽性の RP-ILD と考えられ
た．抗 MDA5抗体陽性の RP-ILD に対しては，
ステロイドに CsA, IVCY といった免疫抑制剤を
併用して治療を行うことが勧められているが3），
治療抵抗性が多く，RP-ILD の 50％以上が発症
Figure 3 Clinical course of the current case. Abbreviations : CsA, cyclosporin A ; HFNC, high-flow nasal
cannula ; IPPV, intermittent positive-pressure ventilation ; IVCY, intravenous cyclophosphamide ;
mPSL, methylprednisolone ; NPPV, noninvasive positive-pressure ventilation ; PSL, prednisolone

























DM 群と陰性の DM 群では，ヘリオトロープ疹
や Gottron 徴候は両者に有意差はなかったが，同
抗体陽性の DM 群の方が口腔内潰瘍や皮膚潰瘍，












抗 MDA5抗体陽性の RP-ILD の予後不良因子
として，血清フェリチン値，抗 MDA5抗体値，
胸部 HRCT 所見が報告されている7～9）．特に血清




いなかったが，第 9病日の IVCY 療法後の血清
フェリチン値は 1749.7 ng/ml，初診時の抗 MDA
抗体値は 3255 index と高値であり，予後不良と
考えられた．
画像所見に関しては，Tanizawa らが抗 MDA5
抗体陽性の ILD では，下葉を中心に consolida-
tion や ground-glass opacity（GGO）がランダムに
出現するパターンが多く，網状影は認めないと報
告しており，さらに下葉の consolidation や GGO
をきたすパターンでは，器質化肺炎やびまん性肺







































吸不全，LDH, KL-6高値，胸部 HRCT で両下葉
を含め広範囲に気管支拡張を伴う consolidation
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A case of anti-MDA5 antibody-positive rapidly progressive interstitial lung
disease treated with multidisciplinary therapy including plasma exchange
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Abstract
’76-year-old woman consulted a general practitioner complaining of cough and dyspnea on ex-
ertion. During the follow-up period, her condition worsened, presenting with hypoxemia, and she
was referred to our hospital. Gottronfs sign and mechanicfs hand were observed without muscu-
lar weakness. Anti-melanoma differentiation-associated gene 5 (MDA5) antibody was detected,
and chest high-resolution computed tomography (HRCT) showed bilateral non-segmental con-
solidation and ground-glass opacities with a peribronchovascular distribution, findings that were
typical of interstitial lung disease associated with clinically amyopathic dermatomyositis
(CADM). We clinically diagnosed the patient with rapidly progressive interstitial lung disease
(RP-ILD) associated with CADM and treated her with pulse corticosteroid therapy, cyclosporin
A (CsA), and intravenous cyclophosphamide (IVCY). In addition, plasma exchange was added
on day 14 for three successive days because her respiratory condition did not improve. However,
her respiratory condition worsened despite these multidisciplinary therapies, and she ultimately
died on day 29. It was considered difficult to save this patient because all three poor prognostic
factors of RP-ILD associated with CADM were present at the first admission to our hospital :
high levels of serum ferritin and anti-MDA5 antibody as well as an extent of consolidation on
HRCT reflecting diffuse alveolar damage. However, intensive multidisciplinary therapy including
pulse corticosteroid therapy, CsA, IVCY, and plasma exchange may be effective in some cases
with CADM-associated RP-ILD in the earlier phase before the condition progresses to severe
respiratory failure.
Key words : anti-melanoma differentiation-associated gene 5 (MDA5) antibody, clinically
amyopathic dermatomyositis (CADM), plasma exchange, poor prognostic factor,
rapidly progressive interstitial lung disease (RP-ILD)
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